has had a number of hard lumps on the abdomen for over twenty years. They caused her no discomfort until fourteen months ago, when one of the lumps began to increase in size and became tender on pressure.
no histological proof of this has been offered, and it is generally considered to be a well-differentiated f brosarcoma of low-grade malignancy.
The main reason for showing this patient is that the biopsy clearly shows that this is a neurofibroma and the presence of multiple pigmented nevi on the face and limbs lends support to the view that dermatofibrosarcoma protuberans is closely related to von Recklinghausen's neurofibromatosis.
Dr. I. W. Whimster: Dr. Waddington's case seems to me to be an example of Paget's recurrent fibroid tumour (Paget, J., 1870, Lectures on Surgical Pathology, 3rd Ed.) and I recommend his description of the condition to all those interested. The natural history and histology of these lesions suggests that they represent diffuse, locally progressive neurofibrosis. They are accompanied, or often preceded, by pigmentation such as occurs in von Recklinghausen's disease and one case I saw recently complained of parmsthesix in the pigmented area prior to the onset of lumpiness. Examination of sections taken from the extreme periphery of these lesions shows fibrous overgrowth along the course of the nerves in the dermis. In the central lumpy parts of the lesions the fibrous overgrowth is so great that though its arrangement is characteristic of neural fibrous tissue its association with nerve fibres cannot easily be demonstrated. The recurrence of these lumps is, I think, attributable to the fact that the peripheral spreading part, which may extend widely, is invisible clinically and therefore is not often excised. At present we have only a small biopsy fragment from Dr. Waddington's case, and though it shows the characteristic laminated structure of neural fibrous tissue it is too small to permit demonstration of its nervous origin. The lesion will be excised and I hope at a later date to be able to demonstrate its neurofibromatous nature. Continued (21.5.53): Dr. I. W. Whimster: The lesion has now been excised widely and section across it shows quite clearly the origin of the fibrous tissue from nerve sheaths, both in the main lump and in the adjacent plaque (Figs. 2, 3 and 4).
The President: Have other cases presented evidence of neurofibromatous tissue?
Dr. Whimster: Every case of dermatofibrosarcoma protuberans that I have examined histologically has looked to me neurofibromatous.
Dr. H. Haber: I have examined several cases of dermatofibrosarcoma protuberans. The histology was always characteristic; it consisted of a very dense cellular infiltration of slender spindle-shaped cells arranged in rows and whorls. The whole picture resembled that of a cellular fibroma. The histology shown here by Dr. Whimster looks slightly different to me and I agree with Dr. Whimster that this is neurofibroma. I have the impression that there are cases of true neurofibroma which may simulate clinically dermatofibrosarcoma protuberans.
Epithelial Naevus.-R. J. CAIRNS, M.R.C.P.
A male, aged 14 years, is living in an orphanage and has had this skin trouble for as long as he can remember. No family history is available.
On examination.-The whole of the face and ears are erythematous and scaly. The border of the eruption is well defined and there are several outlying islands on the upper part of the neck and in the hairy part of the scalp. The hair, teeth and nails are normal.
On the extensor surfaces of the hands and forearms there is a similar erythemato-squamous eruption with well-defined follicular keratosis over the dorsal surfaces of the proximal phalanges and about the wrist. This erythro-keratosis is sharply marginated. The trunk is normal apart from slightly scaly lesions over the buttocks. The patches are well marked on the legs, particularly on the front of the knees and on the ankles. On the backs of the hands and knees there is a certain amount of secondary eczematization. The palms and soles are unaffected.
General examination is normal apart from a left external rectus palsy. first seen on February 18 the eruption consisted of violaceous, flat-topped, shiny papules widespread over the body, sparing only the palms, soles and scalp. There was considerable involvement of the buccal mucosa, tongue and lips. He was treated as an out-patient for a few weeks with no improvement and was then admitted to hospital on March 24. At that time he was complaining of severe itching and burning of the skin. After two weeks with no improvement, treatment with ACTH was started. One pint of normal saline containing 25 mg. of ACTH was given over a period of eight hours every day for eleven days. The symptoms of itching and burning disappeared within two days and within three days there was considerable improvement in the condition of the skin. At the end of the first week the lichen planus papules had resolved leaving intense brown pigmentation and the buccal lesions had healed. ACTH treatment was discontinued on April 28, and since then no further symptoms or lesions have developed. On examination.-There are large irregular areas of deep brown pigmentation. No other lesions are present on the skin and the buccal mucosa is normal.
Comment.-This case has been presented because of the striking response of the patient to this hormone therapy.
Addendum (10.7.53).-The patient was seen again to-day and shows no evidence of relapse. The pigmented areas have faded considerably.
The President: We treated the patient with ACTH because of the severity of the symptoms. Dr. Whitfield at one time advocated lumbar puncture to provide relief from the intense itching of very acute widespread lichen planus. We expected an immediate response, but also some degree of relapse when the treatment was stopped. However, no relapse has followed. I do not, however, suppose that ACTH would have the least effect on chronic lichen planus, especially warty lesions on the legs.
